Jadassohn' in 1895 was the first to employ the term organoid naevus as a distinct entity from pigmented naevi. In 1932 Robinson2 surveyed the literature and introduced the term 'naevus sebaceus of Jadassohn'. Feuerstien and Mims3 defined a new neurocutaneous syndrome in 1962 consisting of the triad of linear sebaceous naevus, convulsions, and mental retardation. Neurocutaneous syndromes include congenital lesions of the skin and of the central nervous system and often involve ocular and visceral malformations. Tuberous sclerosis, neurofibromatosis, SturgeWeber disease, and von Hippel-Lindau disease all fall under the domain of neurocutaneous syndromes which are all ectodermal dysplasias. 4 More recent cases expanded the scope of symptoms encountered in the new neurocutaneous syndrome. Marden The haemoglobin was 12*1 g/dl and the packed cell volume was 36-9%, with a white blood cell count of 11-7x 109/l. A random blood glucose test gave 65 g/dl (3.6 mmol/l); the blood urea nitrogen value was 9 g/dl (1.5 mmol/l). It was also determined that the patient had a normal female karyotype. Skull x-ray showed minimal asymmetry of the skull on the right side, with a suggestion of some asymmetry of the sphenoid bone on the left side. A bone scan of the skull was performed to help rule out craniosynostosis. It proved negative. An electroencephalogram showed evidence of voltage asymmetry, with the presence of suspicious slowing over the left hemisphere that was non-specific in nature.
A chest x-ray showed a slight boot shaped heart with an uptilted apex suggestive of right ventricular hypertrophy. The electrocardiogram showed some right ventricular hypertrophy. M-mode and TT echocardiograms revealed a small ventricular septal defect with slight poststenotic aortic dilatation. A filling defect in the pharynx, which was later found to be a redundant uvula, a partial malrotation of the jejunum, and a small sliding oesophageal hernia were visualised during a gastrointestinal x-ray examination.
Tympanometry was performed and showed type B changes bilaterally. A brain stem evoked response showed conductive hearing loss bilaterally with possible mixed changes, particularly on the right side.
SURGICAL PROCEDURES
The patient underwent conjunctival biopsy, biopsy of. the abdominal lesion near the umbilicus, placement of pressure equalising tubes, and intervelar veloplasty with palatoplasty utilising redundant uvula. At the time of surgery it was noted that the naevus appeared to involve the upper lip, the entire soft palate, and the right buccal mucosa. The bifid uvula was thickened and enlarged as well as elongated. Histological examination of the conjunctival biopsy revealed a dermoid. The biopsy of the uvula proved to be a squamous papilloma, and examination of the abdominal biopsy showed an epidermal cyst. During this same admission to hospital a histopathological analysis was also made of the skin lesion, which showed sebaceous gland hyperplasia consistent with a sebaceous naevus (Fig. 3) .
One and one-half years after discharge from hospital the child has not had a seizure, but she still appears to be developmentally delayed according to the primary care physician.
Discussion
Mehregan and Pinkus7 reviewed 150 cases of organoid naevus which consisted mostly of the type designated naevus sebaceus of Jadassohn. Their analysis provides a description of the life history and a discussion of the malignant quality of the lesion. The first phase of the life history involves under- formation were present on the left, while the findings in the right eye were a myopic crescent, peripapillary atrophy, and a colobomatous defect of the optic disc.
Our patient appeared to have normal visual acuity with a left temporal conjunctival dermoid, coloboma of the retina and disc, and chorioretinal changes. The right eye had a coloboma of the upper lid, peripapillary atrophy of the disc, and chorioretinal changes.
No race, sex, ethnic, familial, or predisposing factors are known to be associated with the syndrome. "I As in this case the appearance of the syndrome is a sporadic event with no clear inheritance pattern. An exception is a case reported by Bianchine'3 of a patient with the new neurocutaneous syndrome who had a familial history of convulsions and mental deficiency.
Patients often have asymmetry of the sphenoid bones.' Additional cranial anomalies include widening of the sella, hydrocephalus, hemimacrocephaly, and unilateral ventricular widening.'4 Lansky and coworkers"' discussed the association of cutaneous manifestations ipsilateral to the abnormal encephalographic focus. This patient's electroencephalogram revealed voltage asymmetry with diffuse slowing over the left hemisphere of a suspicious nature. The most common EEG finding involves focal and multifocal spiking, with other EEG tracings described.'9 Herbst and Cohen'6 first reported an association of a typical hypsarrythmic pattern with the linear sebaceous naevus. This type of pattern generally indicates a diffuse brain lesion according to the authors.
The new neurocutaneous syndrome involves the triad of linear sebaceous naevus, mental retardation, and seizures. The typical cutaneous lesions (circumscribed, firm, flat, yellow plaques with smooth, furrowed surfaces) and mental retardation (developmental delay), but not seizure activity, characterised our patient. This case represents a forme fruste of the syndrome. Other variants of the new neurocutaneous syndrome have been described. Lantis and associates'7 discussed two cases of linear sebaceous naevus which did not have the triad. Their patients had ocular dermoids, linear sebaceous naevus, coloboma of the eyelid, and abnormal skull x-rays; however, neither patient was mentally retarded or had experienced seizure activity. of the conjunctiva, adenoma of the liver, horseshoe kidney, patent ductus arteriosus, and diffuse epidermal naevus. The baby died 36 hours post partum. At necropsy a large leptomeningeal haemagioma was found in the middle fossa, with associated intraventricular and ependymal haemorrhage. The authors suggested that the neurological symptoms of the linear sebaceous naevus syndrome may be the result of hamartomatous lesions of the CNS.
Armed with the knowledge of the life history and the associated anomalies the physician is better equipped to diagnose and treat the linear sebaceous naevus syndrome. Our case demonstrated several characteristic features and the newly recognised association of a midline cleft of the secondary palate with extensive naevus involvement of the buccal mucosa and a bifid uvula.
